SUMMARY A 26 year old man with a nine year history of adult onset Still's disease (AOSD) developed sensorineural hearing loss during an exacerbation of his disease. This complication has not previously been described in association with adult onset Still's disease. He responded favourably to steroid treatment. 
A patient with a polycyclic systemic adult onset Still's disease (AOSD) is reported, who developed a sensorineural hearing loss during an exacerbation of his disease. The hearing loss and the systemic activity of AOSD were both controlled by corticosteroid treatment. To the best of our knowledge the association of sensorineural hearing loss with AOSD has not been published before.
Case report
In 1987 a 26 year old man presented with a nine year history of periodic illness which, in 1978, had been evaluated for quotidian spiking fever, evanescent rash, arthralgias, lymphadenopathy, leucocytosis, and liver enzyme abnormalities. At (Fig. 1A) . The audiometric findings made two days and 19 days after refraining from indomethacin treatment were essentially identical (Fig. 1A) . Twenty one days after the withdrawal of indomethacin, prednisone 60 mg daily was started. A prompt response was manifested by a fall in temperature, resolution of the arthritis, and a subjective improvement in the patient's hearing.
The fifth day after starting prednisone treatment there was clear improvement in both pure tone and speech audiometry (Fig. iB) . On the 14th day of treatment the improvement for both ears was even more obvious (Fig. 1C) .
After four weeks the prednisone dosage was tapered to 25 mg daily; the ESR was 10 mm/h, WCC 7-5 x 109/l, and the liver enzymes were normal.
There was no longer any fever, rash, or arthritis, the tinnitus gradually disappeared, and further progress in hearing acuity in both ears was found on audiometric control.
Discussion
Adult onset Still's disease is a cyclic systemic inflammatory disorder mostly diagnosed before the age of 35, characterised by high spiking quotidian fever, arthritis, and evanescent rash. Leucocytosis, lymphadenopathy, serositis, hepatosplenomegaly, and hepatic enzyme abnormalities are other features of this disease. [1] [2] [3] In patients with a systemic disease and hearing loss, conditions such as Cogan's syndrome, polyarteritis nodosa, Wegener's granulomatosis, relapsing polychondritis, and systemic lupus erythematosus have to be considered. 5 In this case these diseases were conclusively excluded by the long history, the clinical features, and the comprehensive investigations. This patient fulfilled all the AOSD criteria proposed by Calabro and Londino.6 Although the predictive value of these criteria has never been tested, we believe that in this case a diagnosis of AOSD is justified. The cyclic systemic disease activity with only mild articular involvement was characteristic. After nine years he developed hearing loss and tinnitus during another exacerbation manifested by generalised malaise, weight loss, high spiking fever, mild arthritis, leucocytosis, raised hepatic enzyme concentrations, splenomegaly, and an evanescent rash.
Tinnitus, normal otoscopy, pure tone audiometry, speech audiometry, tympanometry, and BERA pointed to cochlear involvement.
Many drugs may cause audiovestibular toxicity, but we could not find any report of indomethacin related sensorineural hearing loss. The time between the introduction of indomethacin treatment and the onset of cochlear symptoms, the lack of improvement of the hearing after indomethacin was stopped, and the striking amelioration of the cochlear function after starting prednisone treatment virtually exclude indomethacin as a cause of this hearing loss.
Extensive viral and bacteriological studies were unremarkable and a normal computed tomogram of the skull and a normal lumbar puncture made a central nervous system process unlikely.
The simultaneous improvement of this patient's cochlear function and his general condition immediately after the start of prednisone treatment make AOSD the most likely cause of the hearing loss.
